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Surgical Management of Syringomyelia Associated with Arnold-Chiari 
Malformation, Primary IgA Deficiency and Chromosomal Abnormality 
A Case Report 
ATSUSHI KEY AKI, Y ASUMASA恥1AKITA,SACHIO NABESHIMA, T AIKYOKU TEI, 
juN TAKAHASHI, HIROFUMI NIOKA and jUNICHIRO KAWAMURA 
Dpartmenet of Neurosurgery and Neurology, Tenri Hospital, Nara, Japan. 
A rare case of syringomyelia associated with Arnold-Chiari malformation, primarγIgA deficiency 
and sex chromosomal abnormality is repo口ed.
A 26-year-old Ethiopian black male was admitted with a complaint of hypalagesia of his left arm and 
face for 10 years. Neurological examination on admission revealed dissociated sensory loss of his left arm 
and face. Mild motor weakness of his hand and rotatory nystagmus on left gaze were also noticed. Plain 
craniogram of lateral view showed small posterior cranial fossa with low positioned inion and platybasia. 
MRI with Tl-weighted images in sagittal plane revealed tonsillar herniation reaching C 1 and syrinx 
entending from C2 to lumbar region 
Although no episode of infectious disease nor allergy were experienced, blood analysis disclosed low 
serum level of IgA (7 mg/dl). The values of other immunoglobulins were within normal range. IgA in 
saliva was not detected, too. According to the clinical history and symptoms, a diagnos is of primary 
asymptomatic IgA deficiency was obtained. Karyotype analysis showed inversion ofY chromosome. In 
an attempt to avoid anaphylaxic shock on blood transfusion in a patient with IgA deficiency, autologous 
blood was prepared before surgery. Decompressive craniectomy of the posterior fossa with posterior arch 
of Cl and C2 was performed together with syringosubarachnoid shunt at Th 6-7 level. Postoperative 
course was successful and slight improvement of sensory disturbance was obtained. No respiratory or 
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wound infection was occurred. 
The association of these three anomalies is very rare and genetical relationship is not known. 
From surgical point of view, it is conceivable that preoperative management in a case of asymp-
tomatic IgA deficiency is uneventful. 
はじめに
エチオピアより紹介されてきた原発性 lgA欠損症，












値が lgA7 mg/di （正常値 130-290mg/di), IgG 1850 





78% (6←86%), OKT 4: 41% (41-55%), OKT 4/8比
1.46(1.2-1.9）と正常範囲内で免疫能低下の所見はな
家族歴 ・既往歴．特記すべきことなし かった．染色体分析ではY染色体部に逆位（inversion)
現病歴 約10年前より左手指のしびれに気付く ．徐々 が確認された（Fig.3). 

























Fig. 1. a) Lateral view of plain craniogram showing 
small posterior fossa with low positioned inion. 
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Fig. 1. b) Lateral view of skull tomogram. Platybasia (basal angle 144°) is seen. Other anomaly of crainocervical 
junction is not associated. 
Fig. 2. Sagittal views of Tl-weighted (TR 600, TE 35) MRis. Tonsillar herniation (left, arrow) and syrinx exten-








mg/di，細胞数単核のみ7/3,IgG 5.0 mg/di, IgA, IgM共
に測定感度以下）の流出をみ，脊髄の縮小がみられた．






















































Fig. 3. Karyotype analysis of the patient. Inversion of Y chromsome (46, XY, inv(Yp+qー） is shown (arrow）目
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と獲する粘膜の表面や分泌液中に分泌型lgA(slgA）と れ SigAにより営まれる局所免疫能の脱落が本症の臨
して存在し第一線で防御の役割を担っている．分泌液 床像に反映されることになる．本症例は血清並びに唾
中のlgAは血中と異なりJ鎖を有する polymer型lgA 液・胃液中の SlgAも低値であるが SCは存在したこ
(p-lgA）を呈し粘膜内の形質細胞で作られ粘膜上皮細 とより加納ら5）の分類する最も多いといわれる I型に
胞で産生される secretorycomponent (SC）をレセプ 属すると考えられた
ター として結合し粘膜上皮細胞内を輸送され slgAと IgA欠損症は原発性と続発性の2者に大きく分類さ
して分泌される．一方血中lgAはmonomer型（mlgA) れるが， 続発性で脳神経外科領域で遭遇するのは抗て
が主体で polymer型は10-15%を占めるにすぎず分泌 んかん薬フェニトイン服用中の患者の場合である．他
液中の lgAの性状と大きく異なっているとレわれて の抗けいれん剤にも免疫抑制作用があり，また IgA
いる＇・ 単独でなく lgG,lgMなどの免疫グロプリ ンの同時低
lgA単独欠損症の大部分はlgA系不全として把握さ 下例もみられ詳細は不明であるが B 細胞から合成細
Fig. 4. Delayed CT myelograms showing decrease in size of syrinx and appropriate placement of S-S shunt cather 
(arrow) 
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Fig. 5. Postoperative Tl-weighted (TR 600, TE 35) MRis in sagittal plane. Marked decrease in s悶 ofsyrinx is 
shown. 






















ては SSシャント II）以外にも後方除圧， obex部の閉
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